The patient is a 6-month-old infant who presented with annular erythematous plaques with mild scaling on the face, especially forehead and around the eyes, gradually spreading to the neck, trunk and extremities since 4 months ago \[Figures [1](#F1){ref-type="fig"}-[3](#F3){ref-type="fig"}\]. Its general health has been good and he had no problems at birth. The patient has been the first child of the family, with a history of pain in the joints of hand in the mother from about 3 years ago without citing a specific diagnosis. Skin biopsy was taken from the infant, which showed vacuolar changes in the epithelial basement membrane in dermoepidermal junction and in the epithelial junction of the appendages with necrotic keratinocytes, perivascular and periadnexal infiltrates with lymphocyte predominance and precipitation of dermal mucin \[Figures [4](#F4){ref-type="fig"} and [5](#F5){ref-type="fig"}\].

![Annular erythematous plaques on the face](IJD-60-316-g001){#F1}

![Annular erythematous plaques on the trunk](IJD-60-316-g002){#F2}

![Annular erythematous plaques on the lower extremities](IJD-60-316-g003){#F3}

![Hydropic degeneration of basal keratinocytes, dermal edema and a superficial lymphohistiocytic chronic inflammatory cell infiltrate (H and E, ×40)](IJD-60-316-g004){#F4}

![Basal vacuolar change with occasional civatte bodies (H and E, ×100 and ×400)](IJD-60-316-g005){#F5}

Question {#sec1-1}
========

What is your diagnosis?

Answer {#sec1-2}
======

Neonatal lupus erythematosus.

Neonatal lupus erythematosus (NLE) is an autoimmune disease caused by *in utero* transfer of maternal antibodies to the fetus through the placenta, with an incidence between 1 in 12,500 and 1 in 20, 000 live births. NLE has a higher incidence in female and premature newborns.\[[@ref1]\] This disease occurs in children of women with systemic lupus erythematosus, Sjögren\'s syndrome and other collagen vascular diseases, but about half of the mothers are asymptomatic at the time of diagnosis of their son\'s disease, and are only characterized by positive Anti Ro test.\[[@ref2]\] The characteristic serologic finding of this disease is the maternal autoantibody of Anti Ro/SSA or Anti La/SSB, or both,\[[@ref1]\] with Ro almost seen in all patients and La in a fewer cases.\[[@ref1]\] U1RNP is involved in very few cases of NLE, usually associated with atypical cutaneous lesions without cardiac or systemic abnormality.\[[@ref1]\] The main clinical manifestations of this disease include skin, heart, blood, liver and neurological manifestations, of which skin and heart problems are more common.\[[@ref1][@ref3]\]

Cutaneous lesions are common in NLE. These lesions may be present at birth, but are usually found several weeks after birth.\[[@ref1]\] Morphology of the lesions presents as annular erythematous plaques with central erasure with or without delicate flakes similar to subactue cutaneous lupus erythematosus lesions.\[[@ref1][@ref4][@ref5]\] The face and scalp are almost always affected, but the lesions can be seen anywhere in the body.\[[@ref6]\] Extensive confluent erythema, especially around the eyes, causes the raccoon sign.\[[@ref1]\] Cutaneous lesions of NLE can be caused or aggravatedby ultraviolet (UV) or phototherapy, but because the skin lesions of NLE can exist at birth or occur in covered areas, UV does not seem to be necessary for incidence of the lesions.\[[@ref1]\] The rashes are completely eliminated within 1 year without leaving scars. With respect to spontaneous recovery of cutaneous lesions, there is no need for treatment, but the use of topical steroids and protection from sun are useful. Cutaneous lesions are not expected after the first year of life; in such cases, the diagnosis must be reviewed.\[[@ref4]\]

Biopsy of the skin lesions tends to be similar to SCLE rash, and is seen in two forms: Desquamative erythmatous and wheal-like lesions. The main findings include vacuolar changes in the epithelial basement membrane in the dermoepidermal junction and in the epithelial junction of appendages with necrotic keratinocytes, perivascular and periadnexal infiltrates with lymphocyte predominance and precipitation of dermal mucin.\[[@ref7]\]

The most common cardiac finding is third-degree congenital heart block typically beginning in the second or third trimester of pregnancy,\[[@ref5]\] caused by fibrosis and calcification of atrioventricular node\[[@ref4][@ref5]\] that is irreversible.\[[@ref4]\] The infant is often identified by bradycardia or arrhythmia during pregnancy in routine screening by a gynecologist.\[[@ref1]\] Most patients require pacemaker.\[[@ref3]\] The risk of cardiac involvement in the first child of Anti Ro positivemother is 1-2%, and is 18% in the second child.\[[@ref2]\] Fetal echocardiography has been recommended from 16 weeks of pregnancy in all Anti Ro positivewomen.\[[@ref2]\]

Thrombocytopenia occurs in 10% of NLE patients, which is transient and not usually clinically significant.\[[@ref5]\] Neutropenia, hemolytic anemia, pancytopenia and aplastic anemia have also occasionally been reported.\[[@ref8]\]

About 10% of infants have liver involvement with clinical symptoms of conjugated hyperbilirubinemia, elevated transaminase, cholestatic hepatitis, hepatic failure, hemochromatosis, hepatomegaly and splenomegaly.\[[@ref2][@ref8]\] Increased transaminases are usually transient.\[[@ref8]\]

NLE is suspected in every infant born with congenital heart block or afflicted within the first year of life with cutaneous erythematous rashor telangiectasia.In these cases, if the mother has already given birth to a child suffering from NLE, has autoimmune disease or symptoms suggestive of an autoimmune disease, the diagnostic will be suspected.The diagnosis is usually based on clinical findings and serology for detection of auto antibodies in mother and infant.\[[@ref7]\] Complete physical examination of the infant may reveal additional findings indicating heart, liver and blood involvement. Laboratory tests including electrocardiogram, complete blood count, platelets, Anti Ro, La and U1RNP antibody serology, should be done. Biopsy of skin lesions can show characteristic findings of lupus erythematosus, but often biopsy is not necessary for diagnosis.\[[@ref7]\] Because of the absence of permanent symptoms in mother and variability in cutaneous lesions in infants, in some cases, histopathological examination may be necessary to confirm diagnosis and rule out other similar lesions.\[[@ref7]\]

Points {#sec1-3}
======

NLE is an uncommon rash in neonates and infants, which can give rise to cardiac and hepatic problems in children. As it is uncommon in neonates of asymptomatic mothers, it may be misdiagnosed as other causes of rash and, therefore, we lose the gold time for assessment of these children for systemic involvementNLE is suspected in every infant born with congenital heart block or afflicted within the first year of life with cutaneous erythematous rashor telangiectasia.
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